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ANNALS OF THE RHEUMATIC DISEASES ulceration, eye and skin lesions or two of these syndrome has been made, or in whom the diagnosis has lesions with at least two of the more minor features been suspected. The cases are summarized in Table I . described below.
Group A in this Clinical Presentation (Table II) In the 25 patients with definite Beh9et's syndrome, the commonest initial symptom was mouth ulcers, which occurred in sixteen. The age at onset varied between 9 and 43 years (men 9 to 43 years, average 21: women 9 to 41 years, average 22). The initial symptoms did not necessarily cause the patient to attend hospital, so that thirteen attended for the first time on account of arthritis, seven on account of eye lesions, and three on account of skin lesions. The duration from the first symptom to attendance at hospital was very variable (Table III) . It seems that the timing depends on the development of a sufficiently serious manifestation of the condition, and that mouth ulceration in itself, while painful, is rarely sufficient to lead to hospital attendance.
Arthritis
Of these 25 patients, nineteen developed arthritis, of whom eleven were males and eight females. Thus the sex distribution in the arthritic group is The duration from the first symptom to the onset of arthritis was also variable (Table IV) . It is worth noting that one patient had had symptoms of mouth ulcers for more than 40 years before an inflammatory arthropathy developed requiring his attendance at hospital. The arthritis was polyarticular with an average involvement of 5 5 sites per patient (Fig. 2) . The knee was the most commonly affected joint-in fifteen of the nineteen patients. Pain on movement and joint swelling (Fig. 3 ) of insidious onset were the predominant symptoms.
The arthritis was of inflammatory type, characterized by significant morning stiffness in 80 per cent. of cases; when the patients could be observed during active involvement, synovial thickening was present with warmth. Effusions were frequent.
The arthritis was not migratory, and was typically sub-acute or chronic. It was not episodic and in sex cases was self-limiting (Fig. 4) . Permanent joint deformity was not seen even when the arthritis had been present for many years.
The erythrocyte sedimentation rate (Westergren: mm. Hg) was raised in thirteen of the nineteen cases (taking the upper limit of nornmal below age 50 years as men 15, women 25, and above 50 years as men 20, women 30: Bottiger and Svedberg, 1967 (Table 1) , was attributed to large doses of systemic corticosteroids given for severe uveitis. In Case 6 erosive changes developed in the manubriosternal joint with severe pain; surgical fusion of this joint was followed by complete relief (Currey, Elson, and Mason, 1968) . Extra-articular Manifestations (Table V) In the 25 patients with definite Behqet's disease, enquiry was made for other manifestations.
Buccal Ulcerationi. This was present in all cases (Fig. 5) . (Pallis and Fudge, 1956; Evans and others, 1957; McMenemey and Lawrence, 1957; Rubinstein and Urich, 1963; Pallis, 1966) .
Eye and Skin Manifestations.-These are shown in Tables VI and VII. Uveitis (Fig. 6 ) required treatment with corticosteroids, either systemic or in the form of ocular drops or sub-conjunctival depot injections.
Erythema nodosum, a well-recognized manifestation of the syndrome (France, Buchanan, Wilson, and Sheldon, 1951) occurred at some stage in one third of the cases. Fig. 7 (overleaf) shows a typical pustule, and Fig.  8 (overleaf) residual scars after ulceration. 
Family History
In four cases other affected (Fig. 9) . members of the family were Few family aggregations of the disease have been described in the literature (Sezer, 1956 (Sezer, , 1960 Fowler, Humpston, Nussey, and Small, 1968) but our experience suggests that this is not infrequent, so that a positive family history may assist the diagnosis.
Discussion
In this series, nineteen of 25 patients with Beh9et's syndrome had an inflammatory polyarthritis, suggesting that this is a true component of the symptom complex. Unlike rheumatoid or psoriatic arthritis, the condition was self-limiting and nondestructive. It differed also from the arthritis associated with ulcerative colitis, which may also be associated with mouth ulceration (Wright and Watkinson, 1965) , in that it did not appear to be characterized by relapses, and from Reiter's disease (apart from the absence of urethritis) in that the hands were more commonly affected than the feet. The knees were by far the most commonly affected joints.
BEH(7ET'S SYNDROME WITH ARTHRITIS
It is not suggested that the incidence of symptoms shown by this survey is necessarily characteristic of the disease process as a whole, since our results may be biased by the selection of patients attending a Department of Rheumatology. We were impressed by the fact that buccal ulceration was present in all cases and consider that, in an uncertain case of inflammatory polyarthritis, it is often useful to enquire for this symptom as an aid to diagnosis.
Treatment is at present unsatisfactory. Of the nineteen cases with arthritis reviewed here, seven had been treated with systemic corticosteroids, and as far as their joints were concerned the result was never dramatic and usually unimpressive. Four patients had received courses of gold injections. Remission of the arthritis followed in two and there was no apparent effect in the third. In the fourth, there was a rapid exacerbation of mouth and skin ulcers before a likely therapeutic dose had been achieved.
On the incidence of the fnanifestations of the syndrome in this series, it is suggested that these may be grouped as follows: On this basis it is suggested that to make a diagnosis of Beh9et's syndrome a minimum of three major or two major and two minor criteria is required.
Summary
Of 33 patients with definite or possible Behget's syndrome, 25 were considered to meet the diagnostic criteria and nineteen of these had an inflammatory polyarthropathy. The knees were most frequently affected, and the arthritis was not relapsing and tended to be self-limiting without permanent residua. The frequency of the manifestations of Behcet's syndrome in this series is described and arbitrary criteria for diagnosis arsuggested. We also thank the Editor of the Schweizerische Medizinische Wochenschrift for permission to reproduce certain data (Mason and Barnes, 1968 an interesting family with Behret's syndrome whom I have been looking after. A brother and sister in their teens are both affected with typical disease. The mother has an atypical arthritis with iritis but one couldn't make the diagnosis of Behret's syndrome definitely; she however has unilateral sacro-iliitis. DR. V. WRIGHT (Leeds): It is interesting to take, as you have done, the grouping of symptoms, but in ulcerative colitis patients have similar complications. They have skin lesions, mouth ulcers, arthritis, and eye lesions; and in one Scandinavian report of Behcet's syndrome, a patient at autopsy had ulcerative colitis. None of our patients with colitic arthritis has developed hypopyon or central nervous system involvement.
DR. BARNES: Central nervous system involvement was reported in 25 per cent. in a small series. In our series of 27 we have not yet observed any such involvement. DR. R. E. PARTRIDGE (Edinburgh): I do not think this should be described as a separate disease until we get some criteria that everybody agrees on. I wonder if the disease you describe is the same as the disease seen in the Middle East? DR. BARNES: We are describing not a disease but a syndrome.
